We present a pedigree of dominantly inherited unilateral retinal dysplasia. To our knowledge this pattern of inheritance has not been previously reported. We provide details of three cases and one strongly suspected case (now deceased) in five generations of one family.
Case report The proband, a 4 month old male infant (V-2, Fig 1) was urgently referred to Manchester Royal 4 2 Eye Hospital. His left eye had been noted to be clinically small with an abnormal pupil and a white pupillary reflex. His general practitioner and the family were under the impression that there was a strong family history of retinoblastoma. An examination was performed under anaesthesia. The right eye was normal. The left eye was microphthalmic with a horizontal corneal diameter of 9-5 mm (right corneal diameter 11 mm). There were very prominent iris vessels and temporal posterior synechiae (Fig 2) . The pupil dilated poorly. A white retrolental mass with an adherent strand to the posterior surface of the lens was present (Fig 3A) . There was a large area of retinal fold ( Fig 3B) 
Comment
Retinal dysplasia is a congenital abnormality in which the normal trophic influence of the retinal pigment epithelium upon the developing retina is disturbed. It appears to be a non-specific response to separation of the retina from its underlying pigment epithelium at a critical stage of differentiation.'2 This leads to abnormal retinal proliferation resulting in rosette-like configurations (see Fig 5) . It may be unilateral or bilateral often with associated microphthalmos.
...
-'. Weiss et al found that four out of a series of 40 patients with complex microphthalmos (that is, microphthalmos associated with another ocular abnormality) had evidence of retinal dysplasia. 3 Retinal dysplasia is also often associated with some degree of persistent hyperplastic primary vitreous (PHPV 
